Until recently the vitelliform phase of Best's macular dystrophy was considered to present both a pathognomonic fundus picture and a pathognomonic electrophysiological profile consisting of a normal electroretinogram (ERG) and an abnormal electrooculogram (EOG).
In 1973 Birndorf and Dawson' described a patient with a 'typical sunny-side-up egg yolk lesion of each macula' whom they diagnosed as having Best's vitelliform dystrophy, but who had clearly normal EOG ratios. In 1977 Kingham and Lochen2 described 6 patients with vitelliform macular lesions and normal (in 11 of 12 eyes) EOG ratios. As in the case of Birndorf and Dawson these patients had no family history of ocular disease (vitelliform dystrophy is inherited as an autosomal dominant). As was also true of the previously described case, Kingham and Lochen's patients were older than the usual Best's patient with an intact vitelliform lesion. Kingham and Lochen considered these patients to be distinct from patients with Best's vitelliform dystrophy and termed the fundus picture they observed 'vitelliform macular degeneration'.
In the same year Fishman and coworkers3 described 3 patients with morphologically similar fundus lesions and normal EOG ratios. As opposed to the above-mentioned patients, Fishman A 67-year-old emmetropic Negro male with visual acuity of 20/100 OD, 20/80 OS was referred for an EOG to confirm the clinical diagnosis of Best's vitelliform dystrophy. There was no family history of ocular disease.
Ocular examination was remarkable only for the presence of smooth, round, slightly elevated vitelliform lesions in both maculas (Fig. 3 ). An EOG was performed (instrumentation as in case 1), and yielded Arden ratios of 2-24 OD, 2-09 OS. An FTA-abs was drawn, and was found to be reactive.
Fluorescein angiography OS (Figs. 4 and 5 The designation 'vitelliform macular dystrophy', along with its eponymic designation 'Best's disease', may be reserved for the genetic entity which so often produces lesions clinically indistinguishable in appearance from those found in the patients discussed here.
